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Background: Scimitar syndrome is a rare congenital anomaly with a range of management strategies. Previous studies have not evaluated factors 
associated with intervention free survival. The goals of this study were to determine risk factors for postoperative pulmonary vein stenosis or death, 
and predictive factors for survival without scimitar vein surgery.
Methods: The records of patients with scimitar syndrome evaluated at our center between 1964 and 2011 were reviewed. Clinical, anatomic, 
and physiologic data were collected from medical records, echocardiograms, catheterizations, radionucleotide lung scans, and cardiac magnetic 
resonance imaging when available. Adverse outcomes were defined as death or postoperative pulmonary vein stenosis. We also evaluated factors 
associated with freedom from death and scimitar vein procedure.
Results: Scimitar syndrome was identified in 80 patients with a median follow-up of 4.2 years (0-40 years). Overall mortality was 20%. Of 34 
patients having scimitar vein surgery, 18 (53%) had postoperative obstruction. Univariable analysis showed that weight at surgery < 5 kg (HR 3.1 
[1.0, 10], p=0.04) was a risk factor for postoperative obstruction. Patients were more likely to have a repeat intervention for obstruction if surgery 
involved vein reattachment versus baffling (HR 4.6 [1.2, 17.2], p=0.01). Age <1 year at both presentation (HR 3.2 [1.0, 10.1], p=0.03) and first 
intervention (HR 5.0 [1.3, 19.3], p=0.01), associated cardiac anomalies (p=0.008), and pulmonary artery pressure (PAp) greater than half systemic 
(p=0.0002) were predictive of death. Multivariable analysis showed PAp greater than half systemic was the only independent risk factor for death 
(p=0.0002). PAp less than half systemic (p=0.02) was the only univariable predictive factor for the 31 patients who survived and did not have 
scimitar vein surgery.
Conclusions: Vein reattachment and weight < 5 kg at surgery are risk factors for postoperative venous obstruction. Pulmonary hypertension is the 
only independent risk factor for death. Normal pulmonary artery pressure is predictive of survival without surgical intervention.
